Rare disease Background:
Background
Syringoid eccrine carcinoma (SEC) is an extremely rare malignant adnexal neoplasm derived from eccrine sweat glands, whose pathogenesis has not yet been well defined. It equally affects males and females, is most often present in the fourth to seventh decade of life, and represents less than 0.01% of all skin cancers [1] [2] [3] . This tumor is considered extremely invasive, locally destructive, slow growing and high recurrence, but difficult to metastasize.
This type of carcinoma has been referred to by many names throughout history, probably due to the different stages of differentiation found in the lesion [1] . It was first described in 1969 by Freeman and Winklemann as a basal cell tumor with eccrine differentiation [4] . Thus, from the 1970s onwards, other names emerged, including malignant syringoma [5] , sweat gland carcinoma with syringomatous characteristics [6] , eccrine epithelioma [4, 7] and sclerosing carcinoma (syringomatosis) of sweat duct [8] . However, the term SEC is more appropriate because of cytological and enzymatic features that differ from basal cell carcinoma [9] . In this article, we report a case of a 58-year-old man with this rare malignant neoplasia in an unusual location.
Case Report
A 58-year-old black male, a bricklayer from Brazil, with no family history of cancer, was examined for a cutaneous lesion in the left abdominal region. The patient reported the appearance of a nodular lesion in the abdomen 3 years ago, with a progressive increase in size and local burning sensation. The patient is a former smoker and former consumer of alcoholic beverages already treated in the hospital due to schizophrenia, asthma, and arterial hypertension, and medical history of 5 episodes of tuberculosis (last day of treatment in 2011), portal hypertensive gastropathy, and HCV cirrhosis (treated in 2016).
The dermatological examination revealed a hardened nodule measuring about 2 cm in diameter, painful to palpation. The overlying skin presented a brownish color, erythematous, with hardened papules of the same color, coalescing, around the nodular lesion ( Figure 1 ).
Pathological findings
At the macroscopic examination, a skin fragment measuring 7.0×5.0×1.5 cm was observed, with dark brown epidermis showing a slightly delimited paracentral lesion slightly elevated measuring 1.5×1.5 cm. A 2.0-cm central white linear scar was 
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observed, and the lesion was located 2.0 cm from the nearest margin. The cut surface was white and elastic, with a thickened area in the area of the described lesion.
The histopathological examination revealed a syringoid eccrine carcinoma, which consisted of atypical epithelial cells forming cords and tubules in the midst of a compact dense collagen matrix, infiltrating even the hypodermis ( Figure 2 ). There were regular acanthosis of the epidermis, multiple foci of perineural invasion, and absence of vascular invasion (Figures 2, 3 ). No usual skin adnexal were observed. There were circumferential and deep compromised surgical limits. The material was submitted to immunohistochemical study, showing reactivity for S100, CK7, EMA (Epithelial Membrane Antigen), p-CEA (CD66e), and SMA (alpha smooth muscle actin), as well as negativity for CK20 ( Figure 4 ).
The treatment used by the medical team was surgical excision under local anesthesia, and no flap was required. There was no recurrence of the lesion so far (follow-up of 15 months); however, surgery is being scheduled to increase the surgical margin.
Discussion
SEC usually manifests as a subcutaneous plaque or nodule with slow growth and poorly delimited margins, arising between the fifth and sixth decade of life, which was compatible with the age of the patient presented. However, the location in which the lesion was found is somewhat unusual, since SEC predominates in the area of the head (scalp) and neck. However, in the literature, there are cases reported in the trunk, extremities, nipples, vulva, and ungual complex, as well as in the scapular region, plantar region, and even in the auditory canal [1, [9] [10] [11] [12] [13] [14] [15] .
The histology of SEC can range from a well-differentiated to a more anaplastic lesion, with little evidence of eccrine differentiation. It is characterized by numerous infiltrative structures, connected and covered by squamous or basaloid cells of hyperchromatic nuclei, in a fibrocolagenous stroma (desmoplastic reaction), extending through the dermis, underlying subcutaneous tissue or skeletal muscle, with perineural infiltration. Tumor cells can organize into nests, cords, or tubules, some of which exhibit a morphology resembling tadpole-like syringoma due to the cords of epithelial tissue. Cytonuclear atypia is not very evident, as is the presence of mitotic activity, which may even be absent [1, 11, 14, 16] . The epithelial component of the tumor may show a cribriform pattern in focus (Figure 3) , which makes it difficult to distinguish from other tumors [3] .
The immunohistochemical profile of SEC is quite varied, with the carcinoembryonic antigen (CEA) being the most consistent marker [17] ; other markers generally present are high and low molecular weight cytokeratins, the epithelial membrane antigen (EMA), PS100, and Leu M1. In addition, the immunohistochemical study may exclude the possibility of breast cancer in the differential diagnosis.
Despite the apparent poor prognosis, when considering only some characteristics of the tumor, such as infiltration of disfiguring character (especially in the face) or high recurrence, and it is difficult to observe regional metastases, distant metastases or involvement of the lymphatic chain [1, [18] [19] [20] . 
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The present case was a diagnostic challenge since its initial evaluation. At the time, the clinical diagnostic hypotheses raised were adnexal carcinoma, cutaneous calcinosis, dermatofibrosarcoma protuberans, or panniculitis. The malignant characteristics of the lesion, observed under microscopy, also suggested cutaneous metastasis of adenocarcinoma of unknown primary site, adenoid cystic carcinoma (ADC), and SEC. In the differential diagnosis with ADC, perineural infiltration and histological presentation might resemble ADC with a cribriform morphological pattern; however, the positivity for CEA and S100 in our patient would be more consistent with the tubular pattern [21] . Thus, in addition to the immunohistochemical pattern disagreeing with the morphological pattern, there is no accumulation of mucin, as occurs in ADC, favoring the diagnosis of SEC [3, 14, 19, 17] . Imaging studies have been reported to be important but for delimiting the lesion, but not for diagnosis of SEC [11] , or searching for metastases [9, 10, 15] .
Every physician should pay attention to the biopsy quality, which should be of adequate size and depth. In some cases, A C B D a superficial biopsy (e.g., shaved off) may not adequately represent the architectural and depth of infiltration patterns, and are thus erroneously interpreted as being benign syringomas, trichoepitheliomas, trichoadenomas, or squamous cell carcinomas due to the microscopic appearance. Thus, malignant lesions such as SEC can be mistaken for benign lesions such as benign syringomas. If ductal differentiation is poorly represented, an erroneous diagnosis of basal cell carcinoma can occur [22] . The importance of biopsy quality is demonstrated by a study involving microcystic adnexal carcinoma of the skin conducted by Leboit, in which 9 of the 17 lesions studied were initially misdiagnosed due to the small size of the biopsy specimen [23] , which is also a mistake made in the diagnosis of SEC. It should be noted that this is an extremely infiltrating and disfiguring lesion, having serious consequences for patients.
In this case, the criterion standard treatment was used, so surgical resection of the lesion was performed. This method is considered to be optimal and the main treatment choice, since the other option, radiation, is rarely used since the tumor is considered resistant, but it has been reported in the literature as adjuvant therapy [11] .
Follow-up is necessary to evaluate recurrence, since this type of tumor is frequently recurrent, with about 40% to 60% of patients presenting within 6 months to 30 years after excision [22] .
Conclusions
In conclusion, we report a rare case of SEC presenting in the upper left quadrant of the abdomen. To the best of our knowledge, is the only case reported in this area and the only case of SEC in a patient with so many comorbidities. We present another well-illustrated case of this rare entity in order to guide dermatologists and pathologists in this difficult diagnosis, especially regarding the importance of a biopsy that adequately considers the lesion size and depth, thus avoiding serious diagnostic errors.
